The right lower limb is subject to slow flexor spasms, which are caused by similar stimuli to those which bring on spasms in the right arm and the spasms in the two limbs of the right side often occur together.
In all the limbs there is great resistance to passive movements, both flexor and extensor, but there is some tendency for the resistance to give way in a " claspknife" manner. The tendon-jerks are all brisk. The great toes are constantly in an extended position. Stimulation of the sole often gives rise to a slow movement which involves further extension of the great toe, but this movement is sustained and is probably part of a tonic athetoid movement and not a Babinski reflex.
Discussion.-Dr. MARTIN said he was inclined to think that the symptoms were entirely extra-pyramidal; there were no definitely pyramidal signs. Under favourable circumstances one was able to get a flexor-plantar response which for the time being overcame the spasm. Undoubtedly in the upper limbs the rigidity was rather like true spasticity, but having watched the boy for a long time, and having seen the variations of this rigidity, he thought that it was more allied to the Parkinsonian type of rigidity. The involuntary movements were all slow and long sustained. One of the most characteristic was the flexor spasm of the right arm. The boy's head that evening was in the position of extension, but when he (the speaker) saw him previously his head was fixed in flexion. At an earlier stage the right hand used to make movements which carried it up over the head. These movements might be brought on by emotional stimuli, and then he would have a flexor spasm not only of his arm. but also of his right leg-and again the same slow type of movement. With regard to the title which should be given to the case, he was a little at a loss. This was evidently a progressive disease, and as regards its underlying pathology, he had an entirely open mind. He supposed it was due to some form of degeneration in the basal nuclei; further than that he did not like to go.
Sir JAMES PURVES-STEWART said that the fact that a person had a striatal syndrome did not necessarily mean that this was a stationary affair; it might be an advancing syndrome. Only a fortnight ago he saw, with Dr. Collier, two young Spaniards in the same family who were developing symptoms of typical torsion-spasm. In one, a boy, the condition had begun at the age of 6 and he was now aged 12; in the other, a man, it had begun at the age of 15 and he was now aged 30. The symptoms were progressively developing from month to month and year to year. The serological and hmmatological analyses were negative. He suggested that many such cases were really due to a slowly progressive encephalitis, of infective or toxic origin. Dr. C. P. SYMONDS said that in these progressive striatal syndromes almost every case differed from every other; he supposed that it depended on the cbance of localization. The most nearly similar case to the present one which he could recollect was like that just mentioned by Sir James Purves-Stewart. Two brothers had something like the same syndrome, but there was more mobile spasm and less tonic spasm than in Dr. Martin's case. As to the labelling of these cases, there was so much variation among them that he was reminded of Sir Henry Head's statement with regard to these familial conditions, to the effect that there was " no such disease," but that each family had its own variation.
Dr. MARTIN (in reply) said that inquiry had been made as to a possible history of encephalitis lethargica, but none had been discovered. The cases referred to in the Archives were mostly in infants. He had been very careful not to make any assumption as to pathology in this case, because he thought that with regard to these extra-pyramidal syndromes, they were at present merely at the stage of collecting facts; they did not know enough to correlate their knowledge in any fixed way. History.-Patient was well until the age of 25 when she complained of weakness of the neck muscles. Four years later the weakness had become more generalized and there was difficulty in rising from the sitting and horizontal postures. This weakness has gradually increased and for the last five years she has been confined to the house and is only able to move about with difficulty. Since the age of 35 there has been a marked tendency to fall unexpectedly.
Condition on examination.-Myopatbic facies with bilateral ptosis and marked weakness of orbiculares oculorum. Smiling weak and smile lingers longer than is usual. Speech slurred and slightly nasal. Wasting of temporal muscles; weakness of jaw closure. Forward flexion of head and complete wasting of sternomastoids. In the arms, wasting of the small muscles of the hands, and of flexor and extensor muscles of the forearms. Weakness in all muscle groups. In the lower limbs, wasting of the anterior tibial muscles. Generalized weakness of all muscle groups, especially of the dorsiflexors of the feet.
Active myotonia present in the flexors of the fingers. Mechanical myotonia present in the tongue, and in the muscles of the thenar and hypothenar eminences.
Diminution of all deep reflexes, with complete absence of knee-and ankle-jerks. Family history.-Patient's great-grandmother was a princess of the royal family of Greece; of her brother we read in a historical document-" short, bald, speaking through his nose, looking forty at the age of twenty-five." The grandfather, an only child, had five children. Of these, two had dystrophia myotonica. Patient's father was one of the two affected. He had eight children, five of whom have the fully developed disease. A nephew, the only member of the new generation, has wasting of the deep muscles of the neck; his age is 13.
Dystrophia Myotonica.-S. P. MEADOWS, M.D. E. C., male, aged 50, unmarried. A patient of Dr. Macdonald Critchley.
History.-In 1918, when aged 35, found that his knees began to give way when walking, and had difficulty in getting up from the sitting posture.
